Sir,

Lennox--Gastaut syndrome (LGS) is an age-dependent epileptic encephalopathy that often occurs secondary to perinatal insult. Seizure control and cognitive functions are often disappointing in children with LGS.\[[@ref1]\] We report a 6-year-old boy who presented with complaints of the paucity of movement of the right side of the body since 2½ years of age and multiple episodes of convulsions since 3 years of age. He was apparently well till 2½ years of age when he developed insidious onset of weakness involving right upper and lower limb. At the age of 3 years, he developed a cluster of flexor spasms on awakening from sleep. This was followed by loss of attained language and cognitive skills. By the age of 6 years, he developed multiple types of daily seizure including nocturnal tonic seizure, tonic drop attacks, and head drops. On examination, his head circumference was \<−3SD. Motor examination revealed increased tone in right upper limb and lower limb, power of \<3/5 MRC, brisk deep tendon reflexes, and extensor plantar response.

Magnetic resonance (MR) imaging brain reveals bilateral asymmetric chronic infarcts with contrast scan showing a bunch of collaterals in a basal cistern. MR angiography revealed occlusion of the bilateral distal internal carotid artery with preserved posterior circulation and dense collaterals suggestive of moyamoya disease (MMD) \[[Figure 1](#F1){ref-type="fig"}\]. His electroencephalography (EEG) revealed generalized spike and slow wave complex (1--1.5 Hz, 200--300 uV) with a paucity of sleep markers and generalized paroxysmal fast activity consistent with EEG findings of LGS \[[Figure 2](#F2){ref-type="fig"}\]. He was started on oral aspirin (5 mg/kg/day) with oral valproate, levetiracetam, lamotrigine, and clonazepam with seizure reduction to 1--2 episodes of tonic drop attacks. The patient is scheduled for revascularization surgery.

![Magnetic resonance imaging brain showing bilateral chronic infarcts with gliosis evident on fluid attenuation inversion recovery image (d and e) with contrast scan showing a cluster of collaterals in the basal cistern (a), with no fresh diffusion restriction (f). Magnetic resonance imaging (b and c) is showing occlusion of the bilateral terminal internal carotid artery with a tuft of collaterals at the site of stenosis giving a puff of smoke appearance](JNRP-9-658-g001){#F1}

![Electroencephalography showing a burst of slow spike wave (1--1.5 Hz, 200--300 uV) followed by slowing of background. There is a generalized paroxysmal fast activity evident on the lower panel](JNRP-9-658-g002){#F2}

Majority of children with LGS secondary to perinatal sequelae have poor seizure control and unfavorable neurological outcome. The present case report highlights an uncommon and surgically treatable cause of this epileptic encephalopathy. MMD is characterized by chronic progressive stenosis of a bilateral terminal portion of the internal carotid artery or proximal portion of the anterior cerebral artery and/or middle cerebral artery.\[[@ref2]\]"Epileptic type" of MMD often manifests with focal seizure secondary to structural old infarcts with majority improving following surgical intervention.\[[@ref3]\] The risk factors for epilepsy in MMD include early onset of seizures, onset \<3 years, and presence of cortical involvement.\[[@ref4]\] The outcome of children with MMD depends on the area of the brain involved, the severity of the vascular event, age at onset and type and success of treatment.\[[@ref5]\]

This case highlights surgical revascularization as a possible surgical option for LGS. However, long waiting time for surgery and lack of technical expertise for surgical revascularization as in the present case are common limitations in care of children with MMD in developing countries. The present case report adds epileptic encephalopathy as a first clinical presentation of MMD. MMD may be considered as one of possible reversal cause of LGS.
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